Dr. L. Forman: Behcet's disease in its fully developed potential is a serious one because of the involvement of one or both eyes, with blindness, or disease of the central nervous system, which in some 50% of the cases leads to death. Again, the nodes on the limbs may be due to thrombophlebitis of small vessels, but there has been involvement of large vessels, e.g. inferior vena cava in Dr. Prosser Thomas Dr. L. B. Sneddon: We have tried gamma globulin in 12 cases and in none of them was there any improvement. I think Dr. R. E. Church still believes that psychogenic factors play a considerable part in the onset of aphthous ulcers. There is often a recurring death theme. Recently we treated a girl of 24 whose 3 brothers aged 34, 30 and 28 had all died suddenly and, following the deaths, she started with mouth ulcers.
The President: I feel that vtiologically there is a psychological association in this case. The onset followed a broken engagement, and I think a little homely psychology and Laigactil probably better than steroids.
Cutaneous Arteriolitis with Splenomegaly.-B. BUCHANAN, M.B. (for S. C. GOLD, M.D., F.R.C.P.). Mrs. J. K., aged 61. Housewife. History.-A four-year history of "lumps" coming up on her legs. These are small (circa 5 mm.) raised red lesions which tend to become black in the centre later and gradually fade over three to four days. The lesions appear in crops, especially after she has been standing for a long time. Bed rest helps, but tends to alter the distribution so that they appear more on the buttocks, and latterly a few have appeared on the trunk and inner aspect of arms. Some have formed "ulcers" round the ankles. No Biopsy.-Section shows an area of necrosis in the dermis which is infiltrated with a number of inflammatory cells. The nuclei of many of these cells are pyknotic and there is some liquefaction of the basal layer. In this section there is no evidence of fibrinoid changes in capillaries or arterioles (Fig. 1). ..'...: .,
: " !'~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~~... .... . .. .. .,, =-l 4a A previous section seen by Dr. I. Whimster was reported as follows: Intense fibrinoid necrosis in superficial vessels with haemorrhage and patchy dermal infarction. The appearances are those of the erythema multiforme group.
Dr. S. C. Gold: We show this patient to-day as the condition presents some difficulty in classification. The splenomegaly, which is such a feature, is unusual in patients with cutaneous arterioliltis o:f the Gougerot pattern. A striking feature of the purpuric lesions is that their distribution is dictated largely by gravity and morphologically they are distinct from the usual anaphylactoid ones; some show necrosis enough to result in marked scarring, particularly around the ankles.
One of Ruiter's patients was supposedly a case of barbiturate sensitivity, but there was nothing to suggest such a process in our patient.
The President: I should not-have thought this was arteritis of the polyarteritis type; it may be tied up with the spleen. Would it be w'orth doing a laparotomy ?
Dr. D. S. Wilkinson: It is indeed very difficult to place this. I have once seen a case of Gougerot's syndrome associated with a slightly enlarged spleen but I think it must be most unusual. I was interested in the observation that steroids were apparently not of much use here. In another case I found that repeated courses of steroids unequivocally failed to improve the condition.;".This patient had from time to time a drop in her platelet count.
Auriculotemporal Syndrome.-M. FEIWEL, M.R.C.P. S. H., boy, aged 8.
History.-For about one year has suffered from attacks of flushing extending over the right cheek which come on while eating (meat, chocolate, fruit, cheese, &c. ). Erythema appears one or two minutes after chewing and lasts for five minutes after eating has stopped. The mother recalls that the boy received a smack on the cheek prior to the onset of these attacks.
Clinical findings.-Normal skin. A flush appears on the right cheek while he is chewing an apple. There is no visible sweating. Normal on general physical examination.
Investigations.-Skull X-ray and barium swallow normal.
Comment.-The auriculotemporal syndrome, Frey's syndrome (Frey, 1923; Langenskiold, 1946) has received recent attention (Glaister et al., 1958) . Sweating, sometimes accompanied by vasodilatation, appears in the cutaneous distribution of the auriculotemporal nerve during eating and usually follows operations on or infections of the parotid gland. The afferent pathway to salivary secretion lies in the glossopharyngeal nerve; the efferent parasympathetic secretory stimulus originates from the upper part of the medulla, leaves in the glossopharyngeal nerve, passes via its tympanic branch and the superficial petrosal nerve through the foramen ovale to the otic ganglion. Thence post-ganglionic fibres join the auriculotemporal nerve from which branches pass to the parotid gland. Glaister et al. suggest that, following injury, regenerating parasympathetic fibres destined for the parotid gland pass into neurilemma sheaths of degenerated sympathetic nerves. Thus secretory stimuli meant for the parotid gland pass to cutaneous sweat glands normally innervated by the sympathetic. Conversely, sympathetic fibres might come to innervate the parotid. Bloor (1958) would place the area of aberrant axonal regeneration in the neighbourhood of the perivascular sympathetic plexus of the external carotid artery and its branches, rather than within the auriculotemporal nerve trunk. There sympathetic nerves would lie near parasympathetic nerve filaments passing from the auriculotemporal nerve to supply -the parotid gland. Our patient features gustatory vasodilatation rather than sweating. Cholinergic vasodilator fibres would appear to supply the skin vessels along the pathways of adrenergic sympathetic vasoconstrictor fibres. This explanation presupposes that the damage produced by a smack was sufficient to cause nerve degeneration. As the condition causes little disability no attempt at therapy has beenk made.
In any case no promising line suggests itself.
